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MUTOXOHIPUAJILHA S TUCOYHKIUSA [TIPA BOJIE3HA ®PHIPEINXA:
BUOXWMHWYECKHAE W ATOXAUMHUYECKHUE ACIIEKTEHI

HUU neeponocuu PAMH, 2. Mocksa
HUH neouampuu u demckou xupypeuu Munzopasa Poccuu, 2. Mockea

Pedepar.
IHTOXUMAYECKHE

[IpoaBanu3npoBansl GHOXHMHYECKHE H
nokaszatenda y GoapHEX ¢ JIHK-
IOATBEPXXAEHHBIM THATHO30M O0j1e3Hn Dprnpeiixa. Brissiens!
HApYIICHHS B CHCTEME OKHCIHTeIbHOro (ochopunupoBanus
MHTOXOHAPHHA pH 6011e3HE Dpripelixa, a TAKKe HX B3aHMOCBS3b
C XapakTepoM TedeHHs 3a00/leBaHHSA IPH ee Pa3IAYHBIX
KInEH9ecKuX BapranTax. [Ipocnexena oTyerniMBas TeHIeHIAS
K HOpMaNM3aNUM 3THX NHTOXHMHYECKHX IOKa3aTeleH IpH
[poBECHHA OJHOKPATHOTO Kypca JledeHHs IpelapaTaMH,
CTAOMITH3ApYIONIME Y HKITHHA MHUTOXOHJIPHH.

M. B. Epwosa, C. H. Huapuowxun, B. C. Cyxopykos,
C. A. Knownuxos, T. H. dedoposa,
U. A. Heanosa-Caonenckasn

OPUJIPEMX UUPE BEJIOH ABBIPTAHJIA
MUTOXOHIPUAJIG JTACDYHKITAS:
BMOXVMUK hoM [TUTOXUMUK ACIIEKTJIAP

Opunpeiix unpe Gegon aBBIpraHIa MHTOXOHApHHIapHE
OKHChIaTa TopraH QochopramTepy CHCTEMACHIHIA
THIBUIBINUIAD. Wy1all YK Tepie KIMHAK BapHAHTIApHIHIA
UHpHEH OaphImIbl poBeme GelloH alapHBIE y3apa GolIoHeIIe.
Maroxonapui GyHKxnuaIspeH craGuibismiTeps TOpPraH
lpenapatiap Genan Gep moBamay Kypchl YTKOProHI® Oy

IHTOX AMHK KYPCOTKEUWISpHEH a4YbIKTaH-a4ubIK HOpMaJlbJIsIry
TeHICHIIUsICe KY39TEeJ/II'9H.

MYV. Ershova, S.N. lllarioshkin, V.S. Sukhorukov,
S A. Klushnikov, T N. Phedorova,
LA. Ivanova-Smolenskaya

MITOCHONDRIAL DISFUNCTION IN
FRIEDREICH DISEASE: BIOCHEMICAL
AND CYTOCHEMICAL ASPECTS

Some Jesions were revealed in the system of oxidation
mitochondrial phosphorylation in Fredreich disease, as well as
their correlation with the disease course at its different clinical
variants. A vivid tendency has been traced to normalization of
these cytochemical indices after single treatment by medicines,
stabilizing mitochondrial functions.

Bonems (atakcus) Opuapeiixa (bD) —
TsDKeJloe HelpoJereHepaTuBHOE ayTOCOMHO-
pelteccuBHOE 3a60sIeBaHKe, MpeIcTaBIsiIomee coOoM
HauboJiee dYacTO BCTpedapmylocs ¢opmy

HacCJTe/ICTBEHHBIX aTakcHi. PacipocTpanenHoCTh bO
coctaBnsier | Ha 50000 HaceneHus, 4acToTa
reTepO3MroTHOrO HOCUTEIHCTBA MyTaHTHOIO FeHa —
1 ma 90—120 uenogek [11, 13, 15, 16].

J1lo mocneaaero BpemeHd b® cuuTanack 0TYETIIMBO
BBLIPKEHHON HO30JIOTHYECKON (OPMOH, HMEIOMEH
JIOCTATOYHO CTPOTHE U OOIMEeNpUHATHIE JHarHOCTH-
geckue kputepus [13, 15]: 1) ayTocomMHO-pemeccuB-
HOE HacJIeI0BaHue; 2) Hagano 3abomeBanus 10 25 JeT;
3) mporpeccupyromas aTakcHs; 4) AM3apTPHA;
5) cyxoxuinpHas apediekcus; 6) CHMITOM
babunckoro; 7) yrpaTa rify00oKoH 9yBCTBHTEIEHOCTH
B JMCTalbHBIX  OTAEJaX  KOHEUYHOCTEH;
8) 571eKTPO QU3HOIOrMUECKHE IPU3HAKH aKCOHATLHON
CEHCOPHOM HEeBPONATHH (B Ipejenax S JIeT OT Hadalla
3aGonepanus); 9) wusMmenenums na DKIL.
[Matomopdonoruuecku b® xapakrepu3yercs ruOeIbIO
adepeHTHHIX BOJIOKOH 3aJHUX KOPEIIKOB CIMHHOIO
Mo3ra W mnepudepUIECKUX HEPBOB, a TaKKeE
KOMOWHUPOBAaHHOM JlereHepanued 9yBCTBUTE/IbHBIX
PaHTJIMeB, 3aJHUX ¥ OOKOBBIX CTON0OB CIHHHOTO
MO3ra ¢ yTpaTod OGOJNBIIMX YYBCTBHTEIBHBIX
HEeHpPOHOB, W3MEHEHUSIMHU B HHPAMMAHOM H
CIIUHOMOKEUKOBBIX My TsiX [16].

[IpeamnoiioxkeHUST 0 POIH MHTOXOHIpPUATBHBIX
HapyIleHu# B natoreHe3e b® BhICKa3bIBAIMCEH CIIE B
80-e roe! XX Beka A.Barbeau u ero mxonoit [4]. Onu
OCHOBBIBAJIHUCHL Ha TOM, 9YTO Kjaccuueckas
KIMHHYecKass kKapTuHa b® ckimagbiBaeTcs M3
cBoe0Opa3sHON KOMOUHAIMM CHUMIITOMOB, KOTOpas
OOBIUHO CBOUCTBEHHa MHMTOXOHIAPHAILbLHBIM
sHIedanomMuonatusm (nopaxenue [THC, cepreunon
MBIIIIEL, TO/DKEITYTOYHON JKelIe3bl, Oprasa 3peHUs
uT.)1.). HOBEIM 3Tam B HMCCIeqOBAHHWM MAaTOrCHETH-
ecKKuX 0OCHOB B® HacTymun B cepemue 1990-X roJ10B,
korja ren 3aboneBanus X25 (FRDA, ungekc mo
kaTanory MIM-229300) Opin1 uAeHTH(GHIUPOBAH HA
xpomocome 9q13 [7]. DTOT reH cocTOMT U3 7 IK30HOB
U KOJMPYET OelloK, coCTOSsIUH U3 210 aMMHOKHCIIOT
¥ NOJyYMBIUME HasBaHue ppamarcun [6]. IIpu bP
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HMeeT MECTO IKCMaHCH A TaHJI€MHBIX
TPHHYKICOTHAHBIX MOBTOPOB 2yaHUH—A0CHUH—
aoenun (GAA), pacniolOKEHHBIX B 1 -M HHTPOHE I'eHa
X25: B nopme uuciio GAA-NOBTOPOB HE NPEBHILIAET
36, Tor/1a Kak y 96—98% namuenToB ¢ bO Bapbupyer
oT 66 mo 1700 xomui u Goiyiee [6]. AHOMAIBHO
VJUIMHCHHBIH Y4acTOK I'€Ha HapyIlaeT cO3peBaHME
IepBMIHOrO TPAHCKPHUITA, MPEMSTCTBYsI BEIPE3aHHIO
MHTpOHA W3 MoJIeKyIIkl 3peniod MPHK, uro mpuBoauT
K IPONOPIUOHATEHOMY CHMXKEHHMIO WM HOJIHOMY
6IIOKYy TpaHCISIMUM C HEJOCTATOYHOCTHIO
(oTCyTCTBHEM) B TKaHAX HOPMaJbLHOro Seika
¢parakcuna. KpoMe TOro, 3KCHEPUMEHTHI C
MCIIOJIB30BAHUEM SKCIPECCHOHHBIX CHCTEM in Vitro u
in vVivo mokaszalid, 9TO B pe3ylbTaTe MyTalUu
H3MeHsAeTCsS KOH(OpMaIUsi MyTHPOBABILErO y9acTKa
JIHK, cOOTBETCTBEHHO BO3HHUKAIOT YTHETCHHE
SKCIIPECCHHM reHa U JedekT cunTe3a pparakcuna [21].
Okono 2—4% nanuedToB, crpagaromux b,
SBJISIIOTCS KOMIAYH/I-TETEPO3UTOTAMHU 110 My TaIHsIM
B rene ()paTakCHHA: y TaKUX OOJILHBIX B OIHOM ajljiesie
reHa MMEET MeCTO 3KCIAaHCHs TPUHYKIEOTHIHBIX
GAA-IOBTOPOB, a B IPyIr'OM — TOYKOBAsI My TallMsl €
3aMeHOU HyKJeoTHAa. TOUKOBBIE MyTalUH
TOKANU3YIOTCS B KOAUPYIOIMeH YacTH TIeHa
¢parakcuHa ¥ BeAyT K CHHTe3y ()yHKIIHOHAIBLHO
nedexrroro Genxa [5, 8].

PesyneTaThl HCCIENOBAHUM MOCHEJIHUX JIET
CBH/IETENLCTBYIOT O KIOYeBOH ponu 6Oenka
dpatakcuHa B Peryasllid MUTOXOHJIPHUATIBLHOIO
Tpancnopra >enesa [14, 19—21]. Hapymenue
GyHKIMK (paTaKCHHA B pe3yJIbTaTe MyTallUi B FeHE
X25 compoBOX/IaeTCsl HOBBIIEHUEM COJIEPIKAHUS
eje3a B MHUTOXOHIAPHAX, CHIXKEHHUEM
PE3UCTEHTHOCTH K OKCHIAAHTHOMY CTpeccy
OKHMCIUTENBLHBIM MOBPEXK/ICHUEM MUTOXOH/IPUH,
cumxenueM cuHTe3a AT® u HapylieHHeM
3HepreTUUecKkoro Merabonusma kierku [18, 20,
24—26]. Baxxnoe 3HaYeHUe B MaToreHese OOJE3HU
IPHIACTCS TAKKE Pa3BUBAIOIIENCA HEAOCTATOYHOCTH
Fe-S-3aBucuMBIX cyObeIUHUNL (HEPMEHTOB
ABIXaTeNbHOM Menu MUTOXOHApMH [19, 20—23].
C coBpemenHbIX no3uii b@ paccmaTpuBaeTcs Kak
0c06ast pa3sHOBH/THOCTE MUTOXOH/IpUaIbHOM 60JI€3HH,
00ycloBJIeHHas IOBPEXACHUEM SALAEPHOTO I'EHa.

Takum 06pa3oM, B CBSI3U C KIIOYEBOH POJIBLIO
IOpaKEH sl MUTOXOH/IPHAJILHOTO Gelika (ppaTakcHHa
B marorenese b® u HEOOXOAMMOCTEIO a/IEKBATHOIO
OMOXMMHIECKOT0O MOHUTOPUHTIA 3a COCTOSHUEM
GONBHEIX, @ TAK)KE B CBS3U ¢ HPUHIMIIMAIBHOK
BO3MOXHOCTHIO IPOBEJEHUS UM TEepanuu
npenapaTtamMy, yiaydilalomUMU HeITeILHOCTH
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MUTOXOH/IPHHA, B HACTOSIIEE BPEMsI BECEMA aKTyaJIbHa
pa3paboTka UH(OPMATUBHBIX METO/I0B MCCIIE/I0BAHIS
MUTOXOHIPHAIEHOU (PyHKIMM y nanueHToB ¢ bd.

Ilenpro HacTosmeH paboOTHl ABNAICS aHaNu3
HapyleHUi B CHUCTEME  OKHCIHMTEIHLHONO
pochopuIUpOBaHUsT MUTOXOHPUM Y HALMEHTOB ¢
B®D, a Taioke UX B3aUMOCBS3H C XapaKTepoM TeUeHH]
3a60JIeBaHUA TPU Pa3IUYHBIX KIMHMYECKHX
papuanTax b®d. IIocKoJIbLKY TIIaBHBHIM NPU3HAKOM
MUTOXOHAPHATBHOU HEJNOCTATOYHOCTH CIIYKUT
HapylnieHde  aKTHUBHOCTH  OKMCIMTENBHO-
BOCCTAHOBUTEILHBIX (DEPMEHTOB, MX HCCIIE0BaHNE
OBLIO BHIOpPAaHO B KayeCTBE OCHOBBI IS JaHHOK
paboTHIL.

Hamu  Opima  oOcnejoBaHa  CIUIOMIHa]
HEBBIOOPOYHAS! CepHsI GOIBHBIX MOJIOJIONO BO3PACTa C
pasIMYHBIMU  KIMHUYECKMMH  BapHaHTaMy
JIeTeHepaTUBHBIX aTakcui (70 denl.), HalpaBIeHHEX
B Heliporenetnueckoe oraenenue HUW meBponorun
PAMH 13 pa3imiIHBIX MEAUIMHCKIX YIPEXKIEHIM 1A
YTOUHEHHS TMarvosa.

O6cnenoBande OOJNIBHBIX BKIIKOYAJNO0, OMHMO
JE€TaILHOr0 HEBPOJIOIrHUECKOro OCMOTpa U
TPaJMIIMOHHBIX  OOI[EKIMHHUIECKHX TeCTOoB,
MCIOJAB30BaHMe  Pa3JMYHBIX  COBPEMEHHBIX
nabopaTOpHBIX WM. HHCTPYMEHTAIBHBIX METO/0B
uccIleloBanus (3MeKTpoHepoMuorpadus, 3Iexrpo-
U s>XoKapauorpadus; onpeaeseHUe COMEpPKaHUA
MOJIOYHO#M, MUPOBHHOTPAaJHON KHUCIOT M HX
COOTHOIIIEHUs B NepudeprHueckod KpOBH; U3yUeHHE
MyJbTHMO/JATIBHBIX BBI3BAHHBIX IIOTCHIIHAJIOB,
KOMIIBIOTEpHAsT PEHTI'C€HOBCKas M MarHMTHO-
pe3oHaHcHasi TOMOrpagusi I'OJOBHOIO U CIUHHONO
Mo3ra). Kiunuueckui cTraTyc HCCIIEJOBaH 10
MoauUIUpPOBaHHOU miKane Pourcher u Barbeau
(1978).

B pesynbrare JJHK-1uarHocTiKM GBUTO BBLBIEHO
23 namudeHTa ¢ MOATBEPXKICHHBIM AMArHo30M bd.
BonpHbple HaxXxo[MJHUCh NOJ HaONWJICHHEM B
OT/ICJICHUH Ha NPOTSDKEHUM pa3IMYHBIX HEPUOJI0B
Bpemend (or 3 mec go 7 jaer). CpeJHUA BO3pacT
namuenToB ¢ b® cocrapmsin 24,4 + 12,5 roga (o1 710
59 jsier). 3aboyeBaHMe BUEpPBBIE HPOABUIOCH B
cpeanem B 13,8 + 9,7 roga (ot 5 Ao 46 zer).
KonTtponbHas Beibopka 6euta cdopmupoBana u3 28
IPAKTHEECKH 310POBBIX JIO/IeH BO3PACTHOM MDY,
CXOJIHO# ¢ FPYNION BBIABICHHBIX HAIUEHTOB ¢ BO.

[TanueHTH MOJIOZOTO BO3pacTa, y KOTOPHIX NpPH
HaJdUUUU CXOJHOU ¢ BD KIMHUYECKOH KapTHHBI
3a60/1eBaHMA UMEJIC OTPUIATEBHBIA PE3YIbIAT
JIHK-auarHocTUKY (MCKIJIIOUEHbl MyTallUd B TEHC
¢bpatakcuHa), OBUIM B3sATHl B KadecTBE TPYHIbl
cpaBHeHMsl. Kpome Toro, Taxxe B Kauecist
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NomONHUTENLHOM TI'PYNIBI CpaBHEHUS OBIIH
O6caefoBanbl 12 NMANUEHTOB ¢ ayTOCOMHO-
AoMMHAHTHBIMM HOpPMaMK CHHHONEpeGEeUIAPHBIX
anakcuit (CI1A) 1, 2, 3 1 6-ro THnOB.

MonekynapHO-TeHETUIECKOE HCCIIE[0BAHME
BRIovano aMmmiaudukanuoo obnactu rena X25,
CofepKamelt TaHIeMHbIE TPUHYKIICOTU/IHBIE HOBTOPEI
C HCIIOIL30BAHMEM CTaH/IAPTHHIX NpaiMepor [12] u
MO PUIMPOBAHHBIX YCIOBUM MONUMEPA3HOM
enHoH peakiyu (IITIP). Ionyuennrie B pesympTate
PEAKIMK POTYKTHl aMIUIMUKAIMK OKpATIMBAIIA
OpoMHZOM 5TUAMS W BU3yanusupoBanu B 0,9%
ArapoO3HOM Trelie.

CicTeMHasi OIlEHKA DHEPreTHYECKOro MeTa-
Oomm3mMa y 06ciieIOBaHHBIX GOJBLHBIX IIPOBOIUITACH
IyTeM ONpEACICHUS] aKTUBHOCTH (EpPMEHTOB
TKaHEBOTO JIBIXaHUSl — CYKIMHATACTUAPOTeHAa3b]
(CHD), o-rimnepopocharaeruaporenassl (IO S
fnyramataeruaporenaspi(I'/I17), nakrargeruapo-
renasel (JIZI) u manargerumporenasmr M) —
BmMonuTax mepupepuaeckoi KPOBH C UCIIOJIB30-
BaHHEM LUTOXUMUYecKoro metoa P.I1. Haprccora
(2, 3]. IIpx wcmonb3oBaHUM HAHHOTO MeTo/1a
(hepMEHTATUBHAS AKTUBHOCTH BBIPAYKACTCS B YCIIOB-
HIX CIMHUIAX, COOTBETCTBYIOMMUX CPETHEMY YHCILY
rpaHy Gopmazana, ABIAIOMErocs OPOJYKTOM
IMTOXUMHUYECKOW peaknuu. YV 7 GonpHBIX BD,
OMIMO 3TOT0, OBUI IPOAHAIIU3UPOBAH dbepMeHTHRII
CIATYC IMM(OIMTOB ¢ HOMOIIMBIO METO/A KOMIIBIOTEP-
HOH TENIEMETPUU C HCIHOJBL30BAHUEM JUAIHOCTHU-
4eCKOM CHCTEMBI, COCTOSMENR U3 IIEPCOHAILHOTO
KOMIBIOTEPA BHICOKOM MOIMHOCTH €O CIEIUaIbHBIM
HaKeTOM MOpdo-MeTpuuecKux mporpamm “Buseo-
trect ABTO 4.0” (Cankr-IletepGypr) u cBeTOBOrO
MUKPOCKOIIa ¢ i poBoH BHIeokaMepoit. OneHHBaIN
CIETYIOTIUE MapaMeTPhl: KOJIMYECTBO M IUIOLIA/b
AeNO3UTOB  (popmMasaHa, MHTepBald SPKOCTH,
ONTHIECKYIO INIOTHOCTD, SJUIMIIC U Ap. Y 3 MallMEeHTOB
¢ b® 6BlIM Mccae0BaHbl MBIIICUHEIE GUONTATHI
(1eTBIPEXTIIaBas MBIIIITa Ge/Ipa) ¢ MOMOIIBIO CBETOBOM
I SIEKTPOHHOW MUKPOCKOMMH CTaHAapTHBIMU
METO/IAMM, a TAKXKE IIyTEM IIMTOXUMHUYECKOHN OIEHKU
akruBHOCTH C/II" (mo Haxytacy) ¥ muToXpoMOKCHIA3EL
(no bepcrony) CocTosHMe TEPEKUCHOTO OKUCTERUSs
0B (HOJI) usyyamm mo mauGosee undopma-
TUBHEIM TapameTpaM Fe2'-MHAyIUpoBaHHOM
XeMUIIIOMMHECIEHIIMH JIMIIONPOTEUHOB CHIBOPOTKH
kpoBU: 1) ypoBeHb mepBu™HEIX HpoaykToB ITOJT
(IpeMMYIECTBEHHO TUAponepeKkuceit); 2) cmo-
c00HOCTH TUIONPOTEHHOBHIX CTPYKTYp K ITOJI;
3) cocTOsIHUE aHTHOKCUIAHTHON CHCTEMBI KPOBH.

CTaTUCTHYCCKUH aHalU3 MOMYYEHHBIX JaHHBIX

POBO/TUIICS C MCHIOIB30BAHUEM MaKeTa MPOrpaMm
STATISTICA (StatSoft Inc. 1993 USA).

Pe?yﬂbmambz MOINEKYIAPHO-2CHEMUYUCCKO20
UCCTICO0BAHUA U KTIUHUKO-CCHEINUYECKUE CONOCMABIICHUA.
Cpeau 70 60JIBHBIX MOJIOJOTO BO3pacTa c
IIPOrpecCUPyIOUIEH CIIOPaIMIeCKON WIIH aYTOCOMHO-
PEIECCUBHON aTaKcUel, PEHOTUITUIECKU CXOMHOM ¢
b®, npu npopenenuu npsamor JIHK-muarnocruxu
TOMO3UI'OTHAs MyTalus B reHe X25 ObUla BBIsBIICHA
y 23 uenosek. Takum o6pazom, o1t cirygaeB BO npu
MyTaI[MOHHOM CKpMHMHTE reHa X25 B Halllel BRIOOpKe
HonbHBIX cocTaBuia 33%. TskecTh MyTamuu
(KOJIMYECTBO TaHICMHBIX TPHHYKICOTHIHBIX GAA-
oBTOPOB) BapbupoBana ot 200 go 1100 xonui
TpuniieToB. Hamu BeIsIBIIeHa oOpaTHass KOppemsmus
Mex Iy uuciaoM GAA-OBTOPOB U BO3pacToM JiebroTa
3abosieBaHUs Y 06Cieq0BaHHRIX 6oabHEIX (R=0,67;
p=0,0008), 9To cormacyercs ¢ aHaJIOTHIHBIMU
A4HHBIMM B OT€UYeCTBEHHOU U 3apyOexHOU
mareparype [1, 6, 9, 10, 12, 17, 20]. Cpemu obce-
JOBAaHHBIX OOJNBHBIX KJlaccHUeckass KapTHHa
3a0osieBanus Habnomanach y OGOJIBINIMHCTBA
nanuenToB. Pa3sHooOpasHble aTuliMuHBle (HOpPMEL,
Ipe/icTaBisgIomue OOJIbIIYI0 CIOXHOCTH C TOUKM
3peHUs] KIMHUYECKOM JuarHocTuku bd, Opliun
oTMeYeHBl B 26,1% cnyuaeB (tabm. 1). Yacrora
SKCTpaHEBPANbHBIX HPOSBICHHU OOE3HHU,
CBU/IETENBCTBYIOIMMUX O HAaIMTIUM KIMHUYECKH
3HaYMMOIO I'€HEPaU30BaHHOI0 OMOXUMHUUYECKOTO
nedexra, npeacTapieHa B Tabm. 2.

Tabruya |
XapaKkTepHUCTHKa BEHISIBIEHHEIX (eHoTHmoB bd
g HBIE
Kinanuecknit penoram Bois
abe. | %
Knaccnuecknii 17 74
Bapnant FARR (B® ¢ coxpanrsiMA
CYXOXHILHBIMH pedieKcaMy) 1 4
DeHOTHI CHACTHYECKOH aTaKCHA 1 4
ATHIOHYHBIA MSATKHH BapHaHT
TeyeHuss b 2 10
Bapunantr LOFA (B® ¢ mo3gaEM
Ha4vaaoM) 1 4
Bapmaat VLOFA (B® ¢ ouensp
NO3JHAM HayajloM) il 4
Beero 28 10
Tabauya 2

DKcTpaHeBpaIbHble MPOsBIeHAS y GonbHBIX bD

Kinanyeckne UpasHaKa EoHERE
G )

Jebopmanns ckeneta

KH(OCKOIHO3 21 100

crona ®punpeiixa 19 90,5
ITaronorns cepana

nuddy3Hble H3IMEHEHHS

Muokapaa npa K 15 71,4

THIEPTOHHYECKas! KapIHO-

MHONATAS TpH DXoKT 9 42,8
HapynieHne ToIepaBTHOCTH K
TIIOKO3€e 12 57,
CaxapHbl qHabeT 2 9,5

Bceero 21 100
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OcHOGHbIE BUOXUMUUECKUE NPUSHAKU HAPYIMEHUS
knemourou snepeemuxu. 1Ipu M3ydIeHUH OCHOBHBIX
OHOXMMHYECKUX NoKa3aTeled 3HeprooOMeHa
(rJmoko3a KpOBH, caxapHasi KpUBasi, ypPOBHU MOJIOUHOH
Y MHPOBUHOTPA/HON KHCIOT, HX COOTHOIICHHUS) y
mamenToB ¢ BO ObUIM BLISBIEHBI 00MENpU3HAHHBIC
Mapkepsl HapymeHMs (YHKIHOHHPOBaHWUSA
MUTOXOHPHH. YPOBEHB IIFOKO3HI B KPOBH HATOIIAK
OBLT B Ipe/elax HOPMBI y BCEX OOJBHBIX, KpOME
2 MAIMHEHTOB C Pa3BePHYTOM KIMHUIECKOH KapTHHOM
caxapHoro juaberta. B 1o xe Bpema y 12 (57%) u3 21
GONBHOrO OTMEUYalUCh M3MEHEHHs Ha CaXxapHOH
KPMBOM, a Takke 3HAUMTENbHAs TUIEPIaKTaT- U
CHIEPIMPYBATEMUS KAK JI0, TAK M IOCIIE HArPY309HOA
IPOOHI € INIIOKO30H.

V Bcex 6onbHBIX b® O6bIH 06HapyKeHH
3HAYMTENLHBIE HAPYIICHUS B CUCTEME MEPEKUCHONO
OKUCIEHUS JIMIUIOB, BHIPAKAIONMECS TPEUMY-
[MECTBEHHO B JIOCTOBEPHOM CHMXKCHUH aKTUBHOCTH
cOOCTBEHHON aHTHMOKCHJIAHTHOM CUCTEMBI KPOBH,
OICHMBAEMOM 110 T-IapaMeTpy. DTOT IOKa3aTelb y
GonpHBIX B® coctaBmit 34,1+18,5 ¢ mpu KOHTPONIBHBIX
spagenusix T He Hinke 90 ¢ (p=0,02). ITpumeuarensHo,
4yTo y MNojAaBisflomero yuciaa OonbHEX bO
(y 21 u3 23) He OBLIO YCTaHOBJICHO MOBHLILICHKE
YPOBHsI IEPBUUYHBIX NPE0OPA3OBAHHBIX IIPOIYKIOB
ITOJI. CnocoGHOCTH JIMIIOIIPOTEUHOBEIX CTPYKTYD K
IIEPEKUCHOMY OKMCJICHHIO Takoke OBUIM MOBHILEH
ToNbko y 2 u3 23 GoubHEIX. Takum 06pasoM,
II0JIyUeHHbIe HAMH JJaHHBIE CBUJIETEILCTBYIOT O TOM,

3‘5 ................... Wiyl

MMONL/N

nApyaaT

HaTOU4EK

B¢

vepes 60 muH

KOHTPOStD

Puc. 1. Conepxanne MONOYHOH W NMPOBHHOTPAIHOH KHCIOTH B KpoBA G0pHBIX b Ha QoHe CTAHNAPTHOIO
TITIOKO30TOJIEPAHTHOTO TECTa.

V 60npHBIX B® OBIIH BBISIBICHEI HOpSIMbIC
NPU3HAKM CHCTEMHOIO JIAKTaT-anujo3a (puc 1):
YPOBEHH MOJIOYHOM M MHUPOBHHOTPAJHOM KHUCIOT
HaToImak y OoipHBEIX b® cocTaBUil COOTBETCTBEHHO
2,440,9 u 0,5+0,3 MMOJIB/11 (HOpMA — COOTBETCTBCHHO
10 1,3 u go 0,1 mmons/it). ITocne npuema riitoKo3bl
(uepe3 60 mMuH) ypoBeHs Mos104HO#H (3,0+0,7 MMOJIL/1)
U UpPOBUHOrPaaHO0#(0,6+0,3 MMOJIB/1I) KMUCAOTHL
0CTaBajcs HOCTOBEPHO BEHILIE, YEM B KOHTpOJIE
(a0pMa — cooTBeTcTBEHHO /10 1,8 1 10 0,1 MMOJIB/TT).
Kosdpbunuent nakrar/mupyBaT OBLI HOBBIIIECH
(3mavenue JI/II >10) y 4 OONBHBEIX, HYTO
CBUJIETENLCTBOBAJIO O HAPYIIEHUU OKUCIUTEIEHOTO
dochopunupoBaHus B KIETKaX U ABJSIIOCH BaXKHBIM
OMOXMMUUECKUM MapKepoM Je¢uiura cuareza AT,
COIIPOBOXKIAIONIErocs anuIu(uKaIue TKaHEeH.

4TO OKUCIMTENBHBIH cTpecc npu b® cBsf3an ¢
HApyIIEH UMM B CHCTEME aHTHOKCU/IAHTHOM 3aIIHTHL
DTOT BBIBOJ HMe€ET Ba)XxHOE TEOPETHYECKOE I
IpaKkTHIecKoe 3HAYeHUE, [€MOHCTPUPYS OMH 3
BO3MOJHBIX MEXAHM3MOB peaju3alliu JAedeKra
dpatakcuHa B TKaHAX U CO3/1aBas IPEeIITOCHUIKM UL
pa3pabOTKM MATOr€HETHIECKIX MeToI0B Jeuerys bO.

LJumoxumutieckuil ananu3 ghyHkyuu MUmoxoHopui.
DepMeHTaTUBHBIA cTaTyc JAuMGOIHUTOB OBl
uccienosan y 21 6onsnoro B® u y Beex GOIBHBIX 3
rpynn cpaBHeHHs, puyeM y mamientos ¢ b® —
JBaX/IBL JI0 M HOCTIE IIPOBE/ICHUS OIHOKPAaTHOrO Kypea
CTaMMOHAPHOI O JIedeHUs npenaparami,
NO/IePKUBAIOIUMM (YHKIHIO MATOXOHRAPHIL. ITpi
omenke axruaoctH CJII mumdommros B rpynie 5O
y HalMeHTOB ObUIM BBIABIECHEI Pa3HOHAIPABICHHEIC
U3MEHEHUs], 9TO MO3BOJIMIO Pas3JeluTh 3Ty IPymly



MIATOXOHJIPYAJILHA 51 JTACOYHKITS [IPU BOJIE3HU OPUJIPEMXA
EHOXWWIECKHE N TIUTOXUMHUYECKHUE ACIIEKTBI

a2 noarpynnel: B®-1 — nanuenTel ¢ NOHMKEHHOM
AKTMBHOCTLI0 JIETMAporeHas (n=15, T.e. GOIBIIMHCTRO
SombHEIX) 1 BD-2 — ¢ MOBBIMIEHHOM AKTUBHOCTHIO
CIT, JIAT u MJI (n=6). O6mue pe3yinbTaThl
WUTOXMMHIECKOTO aHAJIM3a [IPE/ICTABIEHDI B Ta0/. 3.

JlocToBepHOE CHUMKEHUE aKTUBHOCTH KITIOYEBOLO

Tabauya 3
AKIHBHOCTE MHTOXOH/PHATEHBIX bepMmenToB y

00CIIeTOBAHABIX 60JIbHBIX

~

Hpyrne
®ep- | I'pynna | pynna | coopagu- [AyTocoM- KoHrporms
Memrs | BD-1 | Bo-p | ‘IeCKHE  |HO-ToMm-
nereHe- | HaHTHBIE
partuBHble | aTakcun
ATAKCUH
CIT  14,8+4,1* 21,761 3% 194+1,1  22,741,9%19,2%0.5

POII 6,4+2,6% 8 5+1 6% 9810 [#

! 11,3+3,9 12.4+1.4
IO 8,0£3,4% 11,8452 11,042 84

9,343,8%%%]13 441 4

P 13,044.9 204451%0416 142 34~ - 124218
MIT  9,643,3%* 16,3435 — —  9Ey
e ———

[Ipumeyanne. Uncnosnie 3pauenns b Tablune OTpakaroT
bepmenrTaTHBHYI0 akTHBHOCTL B YCIOBHBIX eIWHHNAX,
COOTBETCTBYIOMUX CpPeJHEMY YHCIy TpaHyl bopmazana,
ABITOMUXCSL IPOTYKTOM ITHTOXMMHYECKON DPeaKIyH.

*p<0,001, ** p=0,0004, *** p=0,01, # p=0,02, ## p=0,002
(0 cpaBHeHHIO © KOHTPOILHOM I'PYTIIIOH).

Bbox 1

OTCYTCTBUE CUCTEMHBIX HAPYIICHUM KIETOYHOM
SHEPreTUKH IIPU CIIOPaA/IMIECKUX aTAKCHAX B MOJIOJIOM
BO3pACTE U HA TO, UTO ATOT€HETUIECKIUE MEXAHU3MBI
pa3BUTUA 3TUX 3a00JICBAHUMA 3HAYUTENHLHO
oTiim4aroTcs ot renesa b®. 1lpy ananuze jaHHEIX He
OBLIO MOTYyYEHO KOppESSIMA Mexay duciom GAA-
MOBTOPOB (T.€. CTENEHbIO TeHeTHIecKoro aedekra),
TSDKECTBIO COCTOSHUS IO KIMHUYECKOM IIKaje,
IPOJIOJKUTENRHOCTBIO 3a00I€BaHUS U CTENEHBIO
CHW)KCHMS akTUBHOCTH C/II', 9TO CBU/ICTENBCTBYET O
CIIOXKHOCTH ¥ MHOTOCTYNIEHYATOCTH OHOXUMMUIECKUX
HapyIICHUM, NPUBOIAIMHUX K CHCTEMHOMY Je(eKTy
MeTabonu3mMa. AKTUBHOCTh GOJBIIMHCTBA JIPYTHX
uccietoBadHeix Gepmento (IO, T, MJIT) B
noarpynine b®-1 6pUla Taloke J0CTOBEPHO HUKE, TEM
B KOHTpOJIE (CM. pHc. 2 u Tabi. 3).

Ocoboro BHHMMaHHs 3aciy)XUBaeT (akT
/IOCTOBEPHOIO NIOBBIIEHU cpe/iHe akTuBHOCTU CJII
10 CPABHEHMIO C KOHTPOJIEM y YacTh O60napHBIX bOD.
DTO0 MOXeT OBITH pacleHeHO KaK MOOMIM3AIlHs
SHEPreTUUECKUX PECYPCOB Onarojaps yCKOPEHHIO

var aar

802

& Opyrie BYsoms & Menoge sospacts B JUMMHaHTHBG STaKmw

TR oHTHOT

Puc. 2. AxtuBHOCTH (bepMeHTOB-IeTHIPOreHas B MHM(OIHTAX KPOBH Y GOIbHAIX BD 1 B Tpynmax CpaBHEHHS.

MHTOXOHApHanbHoro ¢epmenta CJII', BBLIBIEHHOE
HaMH Y 71% Gonbueix B®, cBujgeTenncTBYET 0
BHPaXKCHHOM CUCTEMHOM HapylIeHU U
OMOPHEPTETUYECKUX NPOMECCOB NPU JaHHOM
saboneBaHuu. Ilpumeuarensno, uTo B rpymme
cpaBHeHUs akTMBHOCTH CJII" He oTnMuanack oT
3HaUCHMA B KOHTPOJILHOU rpyIine. JTo yKa3hiBaeT Ha

OKMCIeHMs1 CyKIMHATOB. O4eBUIHO, OQHAKO, YTO B
TAKOHM CUTYallUH e TeIbHOCTE OpPranK3Ma IpoTeKaeT
IpU MOJHOW MoOUITHM3aMUM (YHKIMOHAJIHHOTO
pe3€epBa, 9T0 B KOHEYHOM CYETe MOXET MPUBECTU K
HCTOINEHHIO MeTabonMYeCKUX (GYHKITHH.
AHaNOrd4Has 3aKOHOMEPHOCT B JTAHHOMK HOArpymie
GonbHBIX HaONMIOanach ¥ I JAPYTUX (epMEHTOB

)



M.B. EPIIIOBA, C.H. WJUIAPUOHIKHH, B.C. CYXOPYKOB,
C.A. KJITOIIHUKOB,T.H. ®EJIOPOBA, 1.A. UBAHOBA-CMOJIEHCKAS

(cM. Tabu. 3 U puc. 2), npuuem yposens JIJIIM u M
B rpymie B®-2 okazancs BhIIE KOHTPOJILHBIX MH(PP
(p=10,01). Jlannas rpynna DadeHTOB OTIMYANIACE OT
OCHOBHOM IpyIBI HalfHeHToB ¢ bP Gonee BLHICOKUM
quciiom GAA-nosTopos (p=0,03), paHHUM €0I0TOM
za6onepanus (p=0,04), BHICOKUM YpOBHEM JIaKTaT-
anuio3a B kpoB (p=0,05) u Oonee HU3KUM YPOBHEM
cOOCTBEHHOM aHTHOKCHIAHTHOM 3armuThl (p=0,02).

IIpu npoBe/IeH MM KOMIIBIOTEPHOM TEIEMETPHH [IPH
B® 6pL1HM BBIABICHBI Cleylolie 0COOEHHOCTH
JAHHBIX MOP(HOMETPHIECKOI'0 aHAIH3A:

1. Y nanenToB ¢ b® 110 cpaBHEHHIO C KOHTPOJIEM
MMEJI0 MecTO YMEHbIIEHHE YHUCNa IpaHysl IpOJyKTa
peakiuu, 6ojiee HU3Kasi ONTUYECKas MIOTHOCTH
JIENO3UTOB ¥ YBEJIMUCHHE 3HAUCHUs] HMHTErpalbHOM
onTuyeckoi miaotaoctd (p=0,04), UTO JOCTOBEPHO
CBHJETEILCTBOBAJIO O IATOJOIMM 3HEPreTUIECKOro
MeTaboIM3Ma B MUTOXOHAPUSIX.

2. B mpoIeHTHOM OTHONIEHHH Y namueHToB ¢ b
OTMeTaNoch GoJiee BEICOKOE COJepXKaHUe KIacTEPOB
(“xmactepusamus’ CpaHyJl) IO CPaBHEHHIO C
KOHTPOJIEM, YTO SIBJISICTCS PU3HAKOM HAIpPDKEHUS
sHepreTuueckoro Mmetabonusma (puc. 3).
IIpocnexuBaiach TEHACHIHS K YBeJIMUEH U0 ILTOINAIM
KJIACTEPOB C HAPACTAHUEM TSDKECTH 3a00JIeBaHUA B
KJIIMHWYECKOH KapTHHe. B KoHTponpHOU rpynme
KJIacTepu3anusi rpaHy’1 ObUla BEIpaXXeHa 3HAUMTEIBHO
MEHBIIIE, YTO CBHUACTEIHCTBOBATIO O “NOKOE” KIETKH
B YCIOBHIX 3Q(EeKTHBHOr0O 4 JOCTATOYHOIO
OKHCIUTEIBHOTO HOoCchHOPTUPOBAHUSL.

a 6
Puc. 3. ITuroxumudeckoe BrisBieHne aktupHoctd CJIT B
mmMpomyTe neprudeprdeckoil KPOBA B HOpME (a) M y HaNyeHTa,

crpapatomero b® (6). Y manuenta (6) 0TYETINBO HaOJIIOAAETCS
KJ1aCTepH3anysl TpaHyl.

3. BelBiieHO yMEHBIICHHE KOJMYECTBA MEJIKUX
PaHydl W 3HAYEHHUS BJUIMIICA B UCCIEJOBAHHBIX
KIETKaX [0 CPaBHEHHMIO C KOHTPOJIEM, UTO SBJLIETCA
NpU3HAKOM AucbanaHca MHTOXOHJAPUAIBHOTO
MeTaboIM3Ma.

Ananuz buonmamos ckeremmnvix moiwy. Jlns
HOATBEPXKIEHUSA METOXOH/IPUAILHBIX HApyILIEHUH Ha
MOp(hOTOTHIECKOM ypPOBHE OBIIM MCCIEI0BaHBI
WHITM3HOHHBIE OMONTATHl YETHIPEXTIaBOX MBIIIIE]

10

Gepa y 3 MalMeHTOB € KIACCUYECKMM (PEHOTHIIOM
B®, BKIIOYABIIMM THIEPTPOPHUUECKYIO Kap/uo-
MHONaTHIO. Y BceX OONBHBIX OBLIM 0OHapyXeHsl
NPU3HAKK MUTOXOHIPHAIBHOM IaTOJIOI MM, 0COOEHH0
BBIPKEHHBIC Y OTHOIO M3 HUX (PHC. 4): IpH CBETOBOK
MHKPOCKOIIUM BBIABILUIMCE YMEPEHHAs aKTUBHOCTh
CITI u I1O-no3uTuBHELA ()eHOMEH “‘pPBaHBIX KPACHBIX
poisiokon” (RRF) B 7% muonuToB (HopMa 0 5%), a
TaKKe cybcapKkoJeMMallbHbBIE CKOIUIEHUS TIIMKOIeHa,
JUIHUA0B U Kalnbus. Y 2 ApYrUX DamueHTOB
yMepeHHBIE, HO OTUYETIUBHIC NPU3HAKU NaTONOTHH
MHUTOXOH/IPUU ONpe/1eSUIMCE TOJIBKO IIPH JIIEKTPOH-
HOW MHUKPOCKONMH (CHMXXEHHME KOJIMYECTBA MHUTO-
XOH/IpUH, BaKyOJHM3allMsl MAaTpHUKCa, JereHepaiys
kpuct). IloilydeHHble HaMH Ppe3ylbTaThl MOP(o-
JOrMYECKOTO MCCIIeJOBaHMs MBIIIIT Y HAlUeHToB ¢ B
ABISIOTCS BaXHBIM JOKa3aT€NbCTBOM MHTO-
XOH/IPHAILHOM HPUPO/IBI 3a00JI€BaAHUS.

Puc. 4. ®enoMen «pBaHbIX KpacHbX Bojokom» (RRF) mpn
CBETOBOH (@) ¥ 3IeKTPOHHOM (6) MHKpOcKoIMH y Haluenta C.,
crpanatomero 5.



MATOXOHJIPUATIBHA S JIMCOYHKITAA ITPU BOJIE3HU OPUJIPEMXA:
EHOXH]\/II/ILIECKI/IE N ITUTOXUMNYECKUE ACIIEKTDBI

JMlunamuxa moppomempuueckux noxazameneu
(epmenmamuenou akmusnocmu Ha hone mepanuu y
bomonvix H®D. 1loBTOpHOE HUTOXHUMHUUECKOE
HecneJOBaHME aKTUBHOCTH JICTHJIPOreHa3 B I'pyIine
SomerbiX B® mpOBOAMIIOCE TIOCIE TPEXHEAETHLHOIO
kypca jiedeHMs, HANPABJICHHOTO Ha MOBHINICHUE
I)PEKTUBHOCTH OHOJIOTUUECKMX IIPOIECCOB
TKAHEBOT'O JIBIXaHUs, OKUCIUTEIILHOrO (hochopuiu-
POBaHMSI U POTYKITMM MaKpo3pruueckux Gocdaros.
Tepanus BkiIOMana mpenapaThi, MOBBIMIAOIIHE
AKTUBHOCTH IbIXaTENbHON MEeNd MHUTOXOHAPHUK
(koom3um Q10, stHTAapHAS KMCHOTa, uroxpoM C U ap.),
KoDaKTOPEI YH3MMHBIX peakmuil SHepPreTHIECKOro
obmeHa (puGoGIaBUH, THAMMH, JTUIIOEBasi KUCIOTA,
KapHUTHH M JIP.), IpeNIapaThl, yMeHbHIAIOIME JTAKTAT -
AMMA03, a TaKXKe aHTHOKCUIaHTH. Hamu Gnlia
IpOCIIEKEHA CIIC/TY FOINAs! IMHAMUKA IIMTOX UMUIECKIX
i KIMHMYIECKUX TIOKasaTesle: a) B rpynne bD-2 ¢
UCXOTHO MOBBIMEHHOM akTUBHOCTBHIO CJIIT qaHHBIN
KIIOYEBOM NapaMeTp CHUKaJcs, a B rpynne bd-1 —
UMET OTYETIUBYIO TCH/JCHIMIO K HOBBIIIEHUIO
(BIUIOTB 10 HOPMAJILHBIX 3HaueHUM); 0) oTMedeHa
IONOKUTENbHASL NUHAMMKA TAKUX KIMHMKIECKUX
l0Ka3aTellel, KaK NOBBINICHUE TOJEPAHTHOCTU K
(HBMIECKUM HarpyskaM, CHIDKEHHE YTOMIIEMOCTH,
YCWICHME NBUIATEILHOM aKTUBHOCTHU, YBEIMUEHUE
MEIIEYHOK CHIIBI.

Taxum oGpasom, mosydennbie HAMU Pe3yIHTATH
MOTYT OBITh TIEPBEIM IIATOM Ha NMYTH K Pa3paGoTke
NATOrCHETUYECKH 000CHOBaHHOM CXEMBI
HOAACPXUBaOMER Tepanuu OodbHBEIX bO.
JmuresibHocTh 3¢ dekTa OQHOKPATHOrO Kypca
JEYCHUs!, HEOOXOMMAsi JaCTOTa MOBTOPHBIX KYPCOB
WIK IPOJTOIDKUTENBHOCTE O I P)KMBAIOIIEN TEPATTM

y MarMenToB ¢ b® BXoauT B 3agady MOCIEIYIOMMX
UCCIIETOBAHMM.
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